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Mepunatpua

1D: 2013-11-2467-A-3056 KpaTKoe coobuieHne
Es3eposa T.B., Hymakosa E.J1.
3HaueHue onpeaeneHna MMHUMAIbHOW pe3nayanbHoi 6oae3HU y geTein U NayneHToB 40 25 et ¢ ocTPbiM

lWIM(bOGnaCTHbIM neiiKosom B nepuopg nposegeHua Xxumumorepanum
r60OY B0 Capamosckuli FTMY um. B.U. Pazymosckozo MuH30pasa Poccuu, Kagpedpa eemamonoauu

Peslome

OcTpblii nMmbobaacTHbIN neikos (ON11) aBnaeTca ogHOM U3 caMbiX KypabesibHbIX 3/10Ka4eCTBEHHbIX ONyX0/iei y AeTeil 1 B3pOC/bIX 40
25 neT, NO3TOMY AOCTUMKEHME MOJHbIX PEMUCCUI, a TaK e be3peunanBHON BbixkMBaeMoCTU- RFS nyTem paspaboTkn MeToA0B BbIABNEHUA,
KJIMHWUYECKON MHTEPNPUTaLMK U ONpeseNeHna NPOrHOCTUYECKOM 3HAYMMOCTM MUHUMaNbHOM pesnayanbHoit (octaTtouHol) 6onesnn (MPB)
npu O/1/1 aBnaeTca o4HOM U3 aKTya IbHbIX 33434 COBPEMEHHOM reMaToNornu.

KntoueBble cnoBa: rematonorus, 4eTu, 3-X LLBETHAA NPOTOYHAs UUMTODAOOPUMETPUA

Uenb: OnpefeneHve nNPaKTUYECKOW 3HAUYMMOCTM MWHMMaNbHOW pesupyanbHo 6Gonesuwu (MPB) pna  nporHoO3vMpoBaHWsA
BO3HMKHOBEHUS peuuansa, cTpatuduKauma 60NbHbIX Ha FPynnbl PUCKa, OnpeaesieHUe LenecoobpasHoCTM U ONTUMANbHOTO BPEMEHU
nposeAeHWs TPaHCNAAHTALMM FeMOMO3TUYECKUX CTBO/IOBbIX KNETOK.

3apgaum uccnepoBaHua: OnpegeneHne MUHUMaNbHOW pesupgyanbHoi 60ne3Hn (MPB) y 60/bHbIX C MEPBUYHO YCTaHOBIEHHbLIM
AnarHosom: OcTpblit ammbobaacTHbIN neikos (ON11).

MaTtepuanbl U metoabl

O6pasLbl KOCTHOrO MO3ra NaLMEHTOB, HAXOAALLMXCA HA NedyHumn B KMul CTMY.

OnpeaeneHne OCTaTOYHbIX ONYXONEBbLIX KNETOK MeTO40M 3-L,BETHOW MPOTOYHOW UUTODNHOOPUMETPUU C YYBCTBUTENbHOCTLIO A0 10™
6.1aCTHbIX KNETOK.

Pe3ynbTathbl M 06CcyXKaeHue

lpynna nauMeHTOB CTAaHAAPTHOIO PWUCKa ABAAETCA reTeporeHHol no MPB-CcTaTycy nNpuv HanWMuMKM MOAHOW UUTOMOPPONOrnYecKomn
PEMUCCUN B PA3/IMYHBIX BPEMEHHbIX TOYKAX OLEeHKM 3pPeKTUBHOCTM NnpoTokona ALL-MB-2002.

CoxpaHeHne MPB nocne npoBefeHUA WHAYKUMOHHOM Tepanuu ABAAeTcA HebnaronpuATHbIM MNPOTrHOCTUYECKMM daKTopom B
OTHOLWIEHUM Pa3BUTUA peumamsa 3abonesaHunsa. OnpegeneHne NPOrHOCTUYECKON 3HAYMMOCTU APYrUX BPEMEHHbIX TOYEK Hy)KAaeTca B
OanbHenlwemM U3yyeHuu.

OcTpbii  numoobnactHbit  neiiko3 (O/11) — 3n0KadyecTBeHHoe 3aboseBaHME CUCTEMbl KPOBETBOPEHMA, XapaKTepusylolieecs
HEKOHTPOIMPYemMoM nponndepaumen Hespenbix NMMOONAHbLIX KNeTok (nMmdobnacrtos).

OJ1N1 ABNAeTCA cambliM PacnpoCTPaHeHHbIM 310Ka4YecTBEHHbIM 3ab01eBaHMEM B AETCKOM U IOHOLIECKOM BO3pacTe, a TaK e ABadeTca
04HOM U3 cambIX KypabenbHbIX 3/10Ka4YeCTBEHHbIX OMyX0/ei B AETCKOM U IOHOLWEeCKOoM Bo3pacTe. OgHako noyutu y 30% naumexTos ¢ OJ11
MMEeeTCs PUCK BO3HUKHOBEHMA peumavBa. MO [aHHbIM  MHOFOYMCAEHHbIX WCCNef0BaHUI, MOCNe 33aBeplIeHUAs WMHTEHCUBHOM
nonuxumuotepanum (MXT) B KocTHOmM mosre (KM) naumentos ¢ OJ1/T MOMXKET COXPaHATbCA A0 1% OCTaTOYHbIX NENKEMUYECKUX KNETOK,
KOTOpble MOFYT CAYXWUTb cybCcTpaTom BO3HMKHOBEHMA peunamsa. [losTomy pa3paboTka MeToA0B BbIABJAEHWUA, KIAMHUYECKON
WMHTEPNPUTALMK U onpeseneHnUa NPOrHOCTUYECKON 3HAYMMOCTM MUHMMANbHOM pe3uayanbHoi (ocTaTtouHoi) 6onesHn (MPB) npu OSN
ABNAETCA OAHOM U3 aKTyaIbHbIX 33434 COBPEMEHHOM remaTo1Iornu.

O Hannuun MPB cyaAaT Ha OCHOBAHMM OLEHKW abeppaHTHbIX UMMYHODEHOTUMUYECKUX XaPAKTEPUCTUK NEMKEMUYECKUX KIEeTOK ¢
MCMO/NIb30BaHNEM MEeTOL0B MPOTOYHON LUTODIOOPUMETPUM U MONUMMEPA3HOM LenHoW peakumu. CuuTaeTcd, YTO C NPUMEHEeHMEeM
YKa3aHHbIX METOL0B MOXKHO UAEHTUPULMPOBATL OMYXO/IEBLIE KIETKU B KOIMYECTBE A0 107 -10° 6onee uem y 90% 60nbHbIX ON1/1.

Pe3ynbTaTbl MHOMMX 3aBepLUEHHbIX WU MPOAO/KAKLWNXCA KAUHUYECKUX WUCCNEe0BAHUN MO WUCNO/Ib30BAHUIO Pas/IMyHbIX MEeTOL0B
KOHTpOAA MPB N0o3BONAIOT O4EPTUTb NPAKTUYECKY0 06/1acTb NPUMEHEHUA AaHHOW TexHonornu. Hanbosnee WNMPOKUM U NEPCrekTUBHbIM
HanpasieHeM ABAAETCA UCNOb30BaHME AaHHbIX MPB anf nporHo3vpoBaHWMA BO3HMKHOBEHUA peunanBsa, cTpatuduKaummn 60abHbIX Ha
rpynnbl PUCKa, a Takxke ANA onpegeneHus LenecoobpasHoCcT U ONTUMasbHOrO BpEMEHM NPOBeAEHNA TPAHCMIAHTaL MM FeMOMN03TUYECKUX
CTBOJ/IOBbIX KNETOK.

[na nposepeHua uccnefoBaHun 6binn BbibpaHbl 40 6onbHbIX (30 aeteit M 10 B3pocabix A0 25 feT) € NEPBUYHO YCTAaHOB/IEHHbIM
pmnarHosom OJ1J1 13 npealwecTBEHHUKOB B-KneTok, noctynuswinx Ha nedveHue B KMul CTMY 8 nepuog, ¢ 01.04.09r no 31.12.11r. Bo3pact
naupyeHToB oT 3 Ao 25 net. UMmyHodpeHOTMN onyxoneBbix KneTok B KM onpeaensann metoaom NPoOTodHOM uuTodaoopumeTpun. Y 28
(70%) naumeHToB 6bIN BbIABAEH common-BapuaHT OJ1/1, y OCTanbHbIX MAUMEHTOB - NpPo-B uau npe-B, 4yTo B UENOM Koppenupyert c
pacnpocTpaHeHuem B-nuHenHoro ummyHodeHotmna OJ1/1 B 4ETCKOM U FOHOLLECKOM BO3pacTe.

Bce naymeHTbl NONyYanm ne4yeHue B COOTBETCTBUM C NpoTOKonom ALL-MB-2002.

Mopddonormueckyto rpynny (M-ctatyc) naumeHToB ¢ OJ1/1 onpeaenann UMTOMOPPONOrMYECKMM MEeTOLOM B 3aBUCMMOCTM OT
Konu4yectBa 61acTHbIX KeToK B KM Ha 15-11 n 36-11 geHb MXT: meHee 5%-M1-cratyc, 5-25% - M2-ctatyc, 6onee 25% - M3-cTaTyc.
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Matepuanom ana onpegenenuns MPB cayxuamn obpasubl KM, 3abop KoTopbix NpoBoguaun B 4 BpeMeHHbIX TOYKax: 1-8 — Ha MOMEHT
NoCTaHOBKM AnarHo3sa (geHb0), 2-7 — Ha 15-11 geHb Tepanuu, 3-1 — Ha 36 geHb Tepanuu, 4-a — nepea Haya oM NoALepKMBatoLWwel Tepanmm
(NT).

OnpefeneHne OCTATOYHbIX OMyXO/IeBbIX KNETOK MNPOBOAMAM  METOO4OM  3-UBETHOM MNPOTOYHOM  LMTODOOPUMETPUN  C
YYBCTBUTE/IbHOCTBIO A0 10 B1aCTHBIX KNETOK B LEeHTPaNbHbIX dpesepasbHbIX FTeMaToN0rMYECKMX LLeHTpax.

MeTtogonormyeckuii nogxom onpegenerHma MPB 3akntoyancs B aHaM3e CTENEHU 3KCMPECCUMM onpeaeneHHbIX UMMYHODEHOTUNNYECKUX
MapKepoB B KaXAOM W3 BpeMeHHbIX TOYeK B creayiouiei KombuHaumm: 1gGl/1gG2a/CD19, CD45/CD14/CD19, CD20/CD10/CD19,
CD58/CD10/CD19 (BD) Ha CD 197 -kneTkax KM.

Pe3ynbTaTbl CYMTaNM NONOKUTENBbHBIMK (BONee 10™ 6nacTHbIx KNeToK)npu Hanmuum 10 n 6onee onyxoneBbIX KNETOK B BUAE KaacTepa
npu yyete ot 300 000 o 500 000 sgpocoseprKalmx Knetok KM.

JddektmBHocTb MXT OUEHMBAAM NO KOAMYECTBY BObHbIX, Y KOTOPbIX Bblaa AOCTUTHYTA PEMMUCCUSA, YacToTe PeunanBoB, eTaNbHOCTH,
nokasartensm 6espeumamBHol BbixknsaemocTtu (relapse-free survival — RFS).

B pe3ynbTaTe NpoBeAeHHbIX UCCNEAO0BAHUIM MALMEHTbl pacnpesenvanucb B 3aBUCMMOCTM OT TPyMnbl PUCKa creaylowmm obpasom:
rpynna cTtaHZapTHOro pucka (SRG) — 35 nmauuMeHToB, YTO cocTaBaseT 87% OT BCeX MCCAeAyemblX MALMEHTOB; rpynna NnpoMeXKyTOYHOro
(IMRG) — 4 naumeHTa — 11% U rpynna Bbicokoro pucka (HRG) -1 nauneHT — 2%. PesynbTathl uccnenosaHna KM Ha 15-1i AeHb Tepanuu 6binm
oueHeHbl y Bcex 40 naumeHToB. OCTaTOYHbIE ONYXOJ/IeBblE KAETKU B 3TON BPEMEHHOM TOUKe He 0BHapyKeHbl ToNbKO Y 3 (9,6%) 60/1bHbIX
rpynnbl cTaHaapTHoro pucka (SRG), Toraa Kak y Bcex nauMeHToB rpynn npomeskytodHoro (ImMRG) u Bbicokoro pucka (HRG) coxpaHsnocb
3HaunTeNbHOE KonuyecTBo (6osee 10’4) 6nacTHbIX KneToK. CoaeprKaHMe OCTaTOYHbIX OMyxoseBbiX KneTok B KM Ha 36-i1 feHb Tepanuu
6bi10 onpeaeneHo y 39 naumeHTtoB ¢ OJ1/1. OauH pebeHok u3 IMRG ymep OT CEMTUYECKOrO OC/NOXHEHUs [0 36-ro AHA. OcTaToyHble
OMyXxo/ieBble KNETKU Mocne NpoBeAeHUA WHAYKUMOHHOM Tepanuu He obHapy:KeHbl 6onee yem y nonosuHbl (52,5%) 6onbHbIX SRG.
Konunuectso 6nacTHbIx KneTok 6onee 10 coxpaHsnocb y 3 (80%) nauneHtoB IMRG. ObpawaeT Ha cebs BHUMaAHME TOT GpaKT, YUTO He TONIbKO
Ha 36-i geHb Tepanuu, HO U Nepes Havasnom noagepxusatoweit Tepanum (MNT) y 9 (25,7%) nauneHToB SRG KonnyecTBo 61aCTHbIX KAETOK
npesbIWano 10, 1.e. He Y BCEX MaumeHToB Hblna NOMHOCTbIO AOCTUTHYTA IMMMUHALMA OMYXOIEBOTO K/OHA, XOTA MaUMeHTbl HAXOAUAUCH B
COCTOAHUM KIMHUKO-FeMaToNorMyeckon pemuccun. BakHol 3apaueit asnsetcA onpegeneHve 3GPeKTUBHOCTM MPOBOAUMMON Tepanuw,
KoTopas, CornacHo ctaHgaptam npoTtokosa ALL-MB-2002, oueHMBaeTcs No KosmyecTBy 6/1acTHbIX Knetok B KM Ha 15-i n 36-i AHU
Tepanuu. Takum obpasom, Ha 15-11 geHb Tepanuu, y 32 (80%) 6bin KoHcTaTUpoBaH M1-cTatyc, y 6 (15%) — M2-cTaTtyc, y 2 (5%) — M3-cTaTtyc
KM. CpaBHeHWe XapaKTepUCTUKM BNACTHBIX KAETOK NO AaHHbIM MOPGOAOrMYECKOro U UMMYHO-GeHOTUNMYECKoro MmeToaoB Ha 15- aAeHb
Tepanuu nokasano HecosnageHue pesynbTtatos, OcobeHHO cpeaun naumeHToB ¢ M1-ctatycom KM. TaK, U3 32 nauMeHToB C KOJIMYECTBOM
6nacTHbIX KneTok B KM meHee 5% no AaHHbIM MopdOaorMyeckoro nccnepoBaHmsa Tonbko y 4 (12,5%) ypanocb Aobutbea pemuccum no
OaHHbIM onpegeneHns MPB (KonmMyecTBo 61acTHbl KNETOK MeHee 10'4). Y ocTanbHbix 28 (87,5%) 60nbHbIX KOIMYECTBO B1ACTHbIX KAETOK
npesbIWano 10°.vy8 nauMeHToB He 6blna AOCTUTHyTa UuTOomopdonorndyeckas (M2 n M3-ctatyc KM) 1 monekynapHasa (Konudyectso
6nacTHbIX KNeTok bonee 10’4) pemuceua. K 36-my AHi0 y 3TMX 7 naumeHToB (1 pebeHOK ymep OT CenTUYEecKOoro OCNOXKHeHWsa) 6bina
nosy4yeHa pemuccua No gaHHbim mopdonoruyeckoro uccnegosavma KM. OgHako 0coboro BHUMaHMA 3aCay»KMBaeT TOT GaKT, UTO TONbKO Y
3 (37,5%) n3 8 naumeHToB ¢ M2- 1 M3-ctatycom KM Ha 15-i feHb Tepanuu NpousoLlaa nosHas 3AMMUHALMA ONyX0eBOro KAoHa K 36-my
OHI0 Tepanun (KONMYEeCTBO OCTAaTOYHbIX BNACTHBIX K/IETOK MeHee 10'4). Y octaBwuxca 4 nauneHToB (1 pebeHOK yMmep OT OCNOXKHEHUI) He
y4anocb AOCTUYb PEMWUCCUM NO JaHHbIM onpegeneHua MPB, xoTa uutomopdonormyeckum metogom 61acTHble KNeTKU He 6binu
06HapyKeHbl.

Ha momeHT aHanusa y 4 (11%) u3 39 6onbHbix ¢ O/1/1 pa3suanchk peuungmnsbl, U3 HUX 3 (81,8%) 60abHbIX OTHOCUAUCH K SRG, 1 (18,2%) — K
IMRG. Mo BpemeHM BO3HMKHOBEHUA PaHHWE peunamBbl BbisiBAeHbl Y 2 U3 4 uau (50%) nayMeHToB, o4eHb paHHMe peuuanBbl pasBuancb y 1
(25%) naumenTa, nosgHue —y 1 (25%) 6onbHOroO.

Mpu aHannze KonnyecTBa H6NACTHbIX KNETOK HA pasnunyHbix 3Tanax MXT u BpemeHU BO3HMKHOBEHMUA W JIOKaNM3aLMn peumanBos 6binm
BbIAB/IEHbI CNefytolmMe 3aKOHOMEPHOCTU: ANA MNALUMEHTOB C OYeHb PaHHUMU peuuamsBamu 6bin0 xapakTepHo Hanuuve MPBE Bo Bcex 3
BPEMEHHbIX TOYKaX. Y BO/bHbIX C PAHHUMMK PEeLUAMBAMMN COXPAHANCA MONOXKUTENbHbIA pe3ynbTaT MPB (KonnuyecTBo 6/1acTHbIX KAETOK
6onee 10'4) Kak Ha 15-i1, TaK 1 Ha 36-i aeHb Tepanuu, a neped Hadasnom MNT ocTaToyHble OMyXoJieBble KAETKU OTCyTCcTBOBaAu. OgHaKo
peunams 6one3Hn npousowen B TeyeHue 6 mecsaues nocie 3asepweHusa MT. OnucaHHble pe3ynbTaTbl MOFYT YKasblBaTb Ha TO, YTO
onpeaeneHne MPB TONbKO B OZAHOW BPEMEHHOMN TOYKE MOMKET ObiTb HEZOCTAaTOYHbIM A1 OOBEKTUBHOIO BblAeseHUs rpynnbl 60/bHbIX
ONN, umetoLwmx BbICOKUIA PUCK Pa3BUTUA peumamsa. Mbl cuMTaem, YTo ganbHelee yBeIMYeHNe KOMYecTBa KAMHUYECKUX HabaloaeHnin u
WX aHaNU3, BO3MOXKHO, AaAyT OTBET HA BOMPOC, HEOBXOAMM NN [ONONHUTENbHBIW KOHTPOAb MPE Ha 6o/ee oTAaneHHbIX 3Tanax Tepanuu
ONA NPUHATUA peweHnsa 06 nHTeHcndmkaumm NXT.

3aknouyeHne

Takum 06pasom, NosyyYeHHble HaMK NpeaBapuTeNbHbIe AaHHble NoaTBepauan, Yto SRG siBasetca reteporeHHoin no MPB-cTaTycy npu
HaMYUM NONHOWN LUTOMOPHONOTMYECKON PEMUCCUN B PA3IMYHBIX BPEMEHHbIX TOYKAX OLEHKM 3ddeKTMBHOCTU NpoToKkona ALL-MB-2002.
Mpu atom coxpaHeHne MPE nocne nposefeHWs MHAYKLUMOHHOM Tepanuu ABasetcA Heb6aaronpuATHbIM MPOrHOCTUYECKUM (aKTopom B
OTHOLWEHMN Pa3BUTMA peunamsa 3aboneBaHuA; onpegeneHne NPOrHOCTUHECKOM 3HAYMMOCTU APYIUX BPEMEHHbIX TOYEK HYXKAaeTca B
hanbHelwem nsydyeHuun. UcnonbsosaHne MPB B KauecTBe Mapkepa apdekTnBHocTU nposoanmol MXT no3BoNseT OLEeHUTb PaHHWUIA OTBET
Ha Tepanuio, 4TO NPW YCIOBMM abBCONIOTHOTO COBMAAEHUA METOLOB OMNPeAesieHUA MOMKET CAYKWUTb AOMOJHUTENbHbIM KpuUTepuem
CPaBHUTENbHOM OLEHKM Pas/IMyHbIX cCNocob0oB MPOTUBOOMYXOIEBOrO JIeHEHUA.
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